Abstract: Erythema elevatum diutinum is a rare chronic cutaneous vasculitis which usually affects adults. It is characterized by symmetrical and persistent papules, plaques, and nodules. These lesions are usually located on the extensor surfaces of the extremities. We report a case of erythema elevatum diutinum in which the association of dapsone and surgical excision promoted complete remission of skin lesions, providing a new approach to the treatments described in the literature. Keywords: Dapsone; Erythema; Vasculitis Resumo: O eritema elevatum diutinum é uma vasculite cutânea rara, crônica, que costuma afetar adultos, manifestando-se com pápulas, placas e nódulos, simétricos e persistentes, nas regiões extensoras das extremidades. Relata-se um caso de eritema elevatum diutinum, onde a associação terapêutica da dapsona e excisão cirúrgica promoveu a remissão completa das lesões cutâneas, oferecendo uma nova abordagem aos tratamentos descritos na literatura. Palavras-chave:Dapsona; Eritema; Vasculite
INTRODUCTION
Erythema elevatum diutinum (EED) is a distinct form of cutaneous vasculitis, since its peculiar clinical pattern, associated with the chronicity of the process, is unique.
1 After the description of the disease by Hutchinson in 1878, Radclife-Crocker and Williams, in 1894, proposed the current nomenclature, based on its clinical characteristics.
2 Its pathogenesis remains unknown, but it is believed that infections or repeated antigenic stimuli provoke the deposition of immune complexes in vessel walls. 3 Its association with hematological, autoimmune, neoplastic and infectious diseases is common. Clinically, it is characterized by symmetrical and persistent papules, plaques, and nodules located on the extensor surfaces of the extremities.
CASE REPORT
Male patient, 56 years old, white, 18 months ago reported the development of soft and ulcerated erythematous papules on his hands, which when squeezed, eliminated purulent exudate. He also presented with nodular lesions on his elbows. Physical examination revealed yellowish, hardened erythematous nodules on the extensor surface of his elbows, measuring 1.7 cm in the right elbow and 3.5 cm in the left elbow (Figure 1 ). On the dorsal surface of his right hand, linear papular-nodular lesions were observed ( Figure 2 ) and in the palmar region, there were numerous small ulcerations with purulent exudate (Figure 3 ). Histopathological examination of the biopsy of the nodule on his right elbow revealed irregular acanthosis, extensive fibrosis in the reticular dermis, interspersed with lymphohistiocytic inflammatory infiltrate and focal areas of neutrophils with leukocytoclasia ( Figure 4) . Culture of the purulent exudate showed no growth of microorganisms. The clinical and histopathological correlation led to the diagnosis of EED, late stage. Due to the frequent association with systemic diseases, laboratory and radiological exams (complete blood count with differential and platelet count, BUN, creatinine, liver function tests, ESR, C-reactive protein, RF, ASO, ANA, ANCA, protein electrophoresis, G6PD, VDRL, Fta-Abs, serology for viral hepatitis and HIV, tuberculin test, hands and chest radiographs, urinalysis and 24h urine) were carried out, without any changes.
Treatment with dapsone 100mg/day was initiated, and the palmar ulcerations healed. After 4 months, the dose was reduced to 50mg/day. As the nodules in the elbows did not heal, five sessions of infiltrations with dexamethasone 10mg/ml, 2 ml in each nodule, were performed every fifteen days. However, the nodules on the elbows persisted, bothering the patient while he performed his usual activities, so we opted for the surgical excision of the nodules with excellent results (Figure 5 ). One year after the surgery, the patient continued to use dapsone 50mg/day, without the development of new lesions. DISCUSSION EED is a rare cutaneous vasculitis that often affects adults aged 40-60 years, with a slight male predominance. Although the etiology of the disease is unknown, it is related to the deposit of immune complexes on the wall of post-capillary venules, activation of the complement cascade, and neutrophil chemotaxis, releasing lisoenzimes, collagenase, myeloperoxidase and hydrolases that induce fibrin deposits in and around the capillaries and venules. 5, 6 The lesions consist mainly of persistent and symmetrical erythematous papules, plaques and nodules, mainly located on the extensor areas of the extremities. They are initially soft and erythematous purpuric, with occasional blisters and ulcers. They evolve as hardened, erythematous, yellowish or brownish nodules, leaving a hypo-or hyperpigmented atrophic surface as they regress. In general, the disease is asymptomatic, but it may be accompanied by joint pain and lesions can be painful, with a local burning sensation. 7 There are several differential diagnoses to be considered. In the early stage of the disease, they include Sweet's syndrome, pyoderma gangrenosum, facial granuloma, drug-induced rash, erythema multiforme, bullous pemphigoid, and porphyria cutanea tarda. In its late stage, dermatofibroma, fibromatosis, bacillary angiomatosis, Kaposi's sarcoma, xanthomas and necrobiotic xanthogranuloma. Diagnosis is made by clinical and histopathological correlation. Leukocytoclastic vasculitis is observed in the dermis in the early stage of the disease, and granulation tissue, fibrosis, vascular proliferation, lymphohistiocytic inflammatory infiltrate and focal areas of neutrophils with leukocytoclasia are seen in its late stage, as observed in our patient. 8 EED can be associated with hematologic systemic diseases (IgA paraproteinemia, multiple myeloma and myelodysplasia), autoimmune diseases (rheumatoid arthritis, systemic lupus erythematosus and inflammatory bowel disease), solid tumors (prostate cancer), and even bacterial and viral diseases (streptococcal infections, HIV, syphilis and hepatitis). As there is no direct relationship between systemic diseases and EED, Gibson et al., in 2005 , suggested the term co-occurrence rather than association, although they emphasize the importance of investigating systemic diseases because of their high prevalence in cases of EED. 5, 9 Treatment aims to relieve the discomfort caused by the lesions, reduce skin damage and eradicate or minimize systemic diseases, when present. Earlystage lesions respond to dapsone, 50 to 200 mg / day. This drug inhibits neutrophil chemotaxis and complement deposition on the vessel wall, with a suppressive but not curative effect, with risk of relapse after discontinuation of the drug. Other therapeutic options are colchicine, tetracycline, niacinamide and systemic steroids, with varying results.
1 In late-stage lesions, fibrosis predominates, with little response to dapsone, as in the case reported. Intralesional corticosteroid can be used to treat these lesions.
1 In 2010, Rinard et al. showed the effectiveness of surgical treatment in a patient with multiple nodules in the hands, elbows and knees, which were successively excised, alleviating local discomfort.
10
This case highlights the importance of combining therapeutic methods to benefit the patient, associating the good response of acute lesions to dapsone with the use of intralesional corticosteroids and surgical excision to treat late-stage lesions. Surgical excision is a treatment option that has been recently described and has shown excellent results. q
